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Pesiome. Axmyaavnicmo. 36invuwenns mpusasocmi cummsa X60pux Ha MyKoGicyudo3 Cnpusie QopMyeantio maic-
Koi hamoanoeii eenamobiniapnoi cucmemu, npu3600a4u 00 pO36UMKY 0iniapHo20 YUpo3y 3 AemaivHum Kinyem. Memoro
docaioxncennsn O6yn0 noeaubnexe 8UEHEHHS KAIHIMHUX 0COOAUBOCIEll YPANCCHHA NeHIHKU, NOUYK Memo0ié PAHHbO20O GU-
SA6NCHHS | BUBHAUEHHS cmyneHs 11020 maxckocmi. Mamepiaau ma memoodu. Obcmexcero 108 xeopux na MyKogicyu-
dos dimeii eikom 0— 17 pokie. Cmadis ¢hibpo3sy euznauanracs 3a 00noMo20r mpan3ieumHoi earacmoepagii Ha anapami
FibroScan®502 (Echosens, ®@panuisn). Busuanacs axmuenicmo gepmenmis (araninaminompancgepasa, acnapmam-
aminompancghepasa, ayjcHa gocamasa, eamma-erymamiampancnenmuoasa, aakmamaoeeiopoeenasa-5), yaompaz-
8YKOBUX NAPAMEMPI6 NeUiHKU HA pizHux cmadiax ¢ioposy neuinku. Pesyabmamu. Y 29,6 % xeopux Ha mykosicuu-
003 dimell suzHauanucs piopomuyni 3MIHU NAPEHXIMU NEUIHKU PI3ZHO20 CMYNEHS 8UPANCeHOCmI (KOAUBAHHS MediaHu
enacmuynocmi newinku cmanosuau 6io 5,9 do 49,0 klla), 3 Hux y noaogunu dimeii (14,8 %) eusénreno yupo3 neuinku.
Bcmanosaeno 3anedxcricmo niosuujenHs axmusHocmi AyJjicHoi ocpamasu, eamma-enymaminmpancnenmuoasu, 1aK-
mamaoeeiopoeeHasu-5 i 30inbuleHHs 1i60i YacmKu neuinKu, 3MeHueHHs Koegiyienma k — cniegionoulents po3mipie
npaeoi ma nieoi vacmok neuinku 6id cmynens giopozy FI-F4 (p < 0,05). Bucnoseku. Panns diaenocmuka ypasicenns
eenamoobiniaproi cucmemu npu MyKogicyudo3i é dimeil noaseae y U3Ha4eHHi Ni0BUWEHOI aKmMUueHocmi AyJucHoi ghoc-
pamasu, eamma-eaymaminmpancnenmudasu, AaKkmamaoe2iopocenasu-5, 3MiH yabmpazeyKkoeux napamempie nevinKu i
VMOUHeHHI cmyneHs Qiopo3y neuinku 3a 0onomo2or mpansicumuoi enacmoepayii FibroScan 3a wikanoro METAVIR.
Bik xeopoi na mykosicyudo3 dumuHu nowad 6 pokie, uoaoeiua cmams i HaseHicms y eenomuni deaeuii AF508 euzna-
4armb BUCOKY UMOGIDHICMb YPAdICeHHS eenamobiniapHoi cucmemu.

KirouoBi cioBa: oimu; myrkosicyudos; zenamobiniapna cucmema; Qiopo3 neuinku; uupos

Bctyn

Mykogicuuno3 (MB), a6o kictozHuii ¢iopos (Cystic
Fibrosis) — HaiGiabLI TTOIIMpPEHEe cepel HapOodiB €BpPOIIe-
OIIHOI pacu MOHOTEHHE aBTOCOMHO-PELIECUBHE 3aXBOPIO-
BaHHS OOMiHY PEUOBHH, SIKE XapaKTePHU3YEThCS MPOorpe-
IIEHTHUM IIepe0iroM, MOPYIIEHHSIM XXKUTTEBO BaXKIMBUX
GyHKIIIN opraHi3My, paHHIM (DOPMYBaHHSIM YCKJIaTHEHb,
PaHHBOIO IHBAIIAU3AIIIEIO iTei i BUCOKMM PiBHEM CMEpPT-
HocrTi [1]. [llopiuHo B YkpaiHi HapomKyeTbes 6au3pKo 300
XBopux Ha M B, yacToTa reTepo3uroTHux HociiB rena MB B
MONyJIALIT cTaHOBUTH 5 %. OCTaHHIMU IeCATUPITISIMU 3a-
BIISIKM KPAaILlOMYy PO3YMiHHIO MTaTOreHe3y, BIOCKOHAJIEHHIO
NIarHOCTUKY # JIIKyBaJbHO-pealiTiTaliiiHUX 3aX0OAiB 3HA-
YHO 3pOcya CepeaHs TPUBATICTh XKUTTS XBopux Ha MB: 3 5

pokiB y 1970 p. 10 24 pokiB B YKpaiHi Ta nmoHaj 45 pokiB y
2016 poui B kpaiHax 3axigHoi €Bponu [1-3].
BcraHoBiieHO, 110 30iUJIBIIEHHSI TPUBAIOCTI KUTTS
xBopux Ha MB crpusie hopMyBaHHIO TSKKOI TMATOJIOTIT
renaToOiiapHOT CUCTEMU, MMPU3BOJSYN 10 PO3BUTKY OifTi-
apHOTO LIMPO3Y 3 JIeTAILHUM KiHIeM [2—5]. ¥V mitepartypi
€ TIOBIJIOMJIEHHSI TIPO BMCOKY YaCTOTY ypaxKeHHS MeYiHKU
npu MB (Bix 20 1o 80 %) 3 xapaKTepHUM MaJIOCUMIITOM-
HUM riepebirom [5, 6]. Ha ocobnuBy yBary 3aciyroByIOTh
JaHi Mpo Te, 110 KJIiHiYHi MposBU OilliapHUX MOPYILIEHb
BUHUKAJIU B CTafii c(hOPMOBAHOTO LIMPO3Y i CBITUMIU PO
MMi3HIO JiarHOCTUKY IAaTOJIOTil >KOBUYOBUAIILHOI CHUCTEMU
[4, 7]. IcHye cymKeHHs PO 3B’SI30K rernaTtoMeratii 3 TSoK-
KICTIO TiCTOJIOTIYHMX 3MiH y mediHi [5, 8]. 3 mux mo3u-
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Lili aKTyaJIbHUM € BHU3HAYEHHSI OCOOJMBOCTEN ypaXkKeHHs
reraroOiziapHoi cucremu npu MB, po3pobka KpuTepiiB
BUSIBJICHHS TATOJIOTIYHMX TOPYIIEHb Ha PaHHIX CTalisgx
po3BUTKY Tpouecy. HeoOxiqHiCTh MpOBEAEHHST TaKUX J0-
CJIIIKEHb MiATBEepIXKeHa B poOOTaX HU3KM aBTOpiB [8—13].
JncKyTabeIbHUM 3aJIUIIAETHCS TUTAHHS TTPO 3aKOHOMIp-
HocTi (popMmyBaHHs OiniapHoi nartosiorii npu MB: BigzHa-
Ya€eThCS BUCOKA YaCTOTA ypaXkKeHHS MeUiHKU B 0Ci0 40JIOBi-
4oi CTaTi, iCHYIOTh IPOTUJIEKHI TOUKH 30Dy LIOAO 3B’ SI3KY
ypaxkeHHsI eYiHKM 3 MyTauismMu reHa MB [5—8].

Hageneni maHi galoTh OCHOBY UISI MOTJIMOJEHOIO BHU-
BUEHHSI KIIIHIYHMX OCOOJMBOCTEl ypaxKeHHsSI rernaro0i-
JliapHoi cucteMu npu MB, moiyky amekBaTHUX METOJIB
PaHHbBOTO BUSIBJIEHHS i BUBHAUEHHS CTYIEHS HOTOo TSIXKKO-
cri. [Toganplii nepcneKTUBY BAOCKOHAIEHHS JIiKYBaJTbHUX
KOMILIEKCIB IMOB’s13aHi 3 p03p0o0KOI0 METOIiB 3a1100iraHHsI
MPOTPECYBAHHIO IMATOJOrIYHOIO MpoLEecy B MeYiHIi, 110
JIO3BOJIUTDH TTPOIOBKUTH XKUTTSI XBOpUX HA M B mipu noJtin-
LIEHHI 11 SIKOCTi.

Meta nochiimkeHHs: po3pobKa i HayKOBe OOIPYHTY-
BaHHs PaHHBOI MiaTHOCTUKM YypaxkKeHHs TIermaToOiiapHO1
cucremu nipu MB y miteii.

MaTepiaAn Ta MeToAmn

3a nepion 2010—2020 pokiB y LlenTpi MykoBicumumo-
3y Ha 0a3i OnechKoi 001aCHOI AUTSIYO0I KJIiHIYHOI JliKapHi
Oysno obcrexxeHo 108 xBopux Ha MB giteit Bikom Bix 0 10
17 poxkiB. locnimkeHHs 3[iiiCHIOBaI0CS BiAOBIAHO 10 MO-
JnoxeHb GCP (Good Clinical Practice), TenbciHcbkoi ne-
knapattii (1964, 3i 3minamu 2013 poky), 6y710 CXBaJieHO JIO-
KaJJbHUM 0iOeTUYHMM KOMiTeToM JiikapHi. Ha mpoBeneHHst
TOCITiIKEHHST 0yJIo OTpMMaHo iH(OPMOBaHY 3rojly 0aTbKiB
niteit (abo ixHix omikyHiB). KpuTepii BKIIIOUeHHS B TOCITi-
mkeHHsS: MB; Bik mauienTiB Bix 0 1o 17 pokiB; BiICyTHICTb
IHIINX XPOHIYHMX CYMYTHIiX 3aXBOPIOBaHb; iH(pOpMOBaHa
3roja 0aThbKiB i AMTUHM Ha y4acTh y AocimkeHHi. Kpure-
pii BUKJIIOUEHHS 3 TOCTIIKEHHSI: TSLKKi CYITyTHI BPOJIXKEHi
Ta HaOyTi 3aXBOPIOBAHHSI; BiICYTHICTb 3rou 6aThKiB i/ab0
NUATUHU HA Y4acTh y TOCTIIKEHHI.

Y Bcix maui€eHTiB BUKOPUCTOBYBAIM TPAAMLIIHHI KJTi-
HiYHI MeToau OOCTEeXEHHsI, BUBYAIM PE3YJbTaTH 3arajb-
HUX KJIiHIYHUX JabopaTOpHUX i OiOXiMIYHMX JOCIIIKEHb
KpPOBI, ceyi it Katy, TPOBOIWIIN YJIBTPa3BYKOBY HiarHOCTUKY
OpraHiB 4epeBHOI MTOPOXXHUHU, €30(haroracTpoayoeHOC-
KOIIiI0, ITOTOBY IIPOOY 3i CTUMYTIOBAaHHSM ITOTOBUIIICHHS
enekTpodopesoM 3 MmiokapriHoM. BuBuanacs akTUBHICTh
CUPOBAaTKOBUX (PepMEHTHUX MapKepiB TremaTodiiapHol
naToJiorii: amaHiHamiHoTpaHchepasu (AJIT), acmapra-
tamiHoTpaHcdepaszu (ACT), nyxHoi docdarazu (JID),
ramma-rayramintpancnentuaasu (IT'TIT), nakratoerinpo-
reHasu-5 (JIJAT'-5). dyHKIiOHaNIbHUI CTaH TENaTOLMTIB
OLIIHIOBABCS 3a JaHUMM YJIBTPa3BYKOBOIO CKaHYBaHHS
OiliapHOTO TPaKTy 3 BUKOPMCTAHHSIM [OIILIEPiBCHKUX
JMATYUKIB, Pa/ioi30TOIMHOI rernaTocuuHTUrpadii 3 MiYyeHUM
KojoinoMm 99mTc, TpaH3ieHTHOI enacrorpadii Ha amapati
FibroScan®502 (Echosens, Paris, France). Exacrorpadis,
sIKa BUKOPHMCTOBYE KOJIMBAHHSI HU3bKOI YaCTOTH, IO Te-
HEPYIOThCSl YIBTPAa3ByKOBUM TEPETBOPIOBATTLHUM J1aTYM-
KOM, OO03BOJIMJIAa OTPUMATHU KiJIbKiCHY OIIIHKY €JIacTh4-
HOCTI IMeviHKU B Kimornackausax (klla) i BusHauUMTHU cTanito

¢ibposy 3a mkanoro METAVIR (nmoka3HuK el1acTUIHOCTI
neuinku < 5,8 kIla BianmosigaB BincyTHocTi idbposy (FO),
5,9—7,0 xITa — ¢ioposy F1, 7,1-9,4 kI1la — ¢bi6posy F2,
9,5—12,5 xIla — ¢ibposy F3, > 12,5 kIla — ¢idposy F4,
abo umpo3y nevinku) [14, 15]. ITynkuiiitHa Gioricis mevin-
KU HE 3aCTOCOBYBaIacs Yepe3 iHBa3UBHICTb i BUCOKUI pU-
3UK PO3BUTKY YCKJIaIHEHbD.

CTratucTMUYHY OOpOOKY JaHUX TIPOBOAMINA 3 BUKO-
pUCTaHHSIM ITaKeTa MPUKIATHUX mporpaM Statistica 10
(StatSoft Inc., CIIIA) ta iHTepHeT-KambKymsaTopa SISA
(Simple Interactive Statistical Analysis). s mepeBipku
CTAaTUCTUYHUX TiIllOTe3 PO BiIMiHHOCTI BITHOCHUX YaCTOT
y JIBOX HE3aJIeXXHUX BMOipKaX BUKOPMCTOBYBAJIM BU3HA-
YEHHsI BiIHOIIEHHS IIAHCIB i JOCSATHYTUI piBeHb 3HAYY-
mocti (p). J7st oliHKM BiporigHOCTi po30ikHOCTel Mix
MOPiBHIOBAHWMM BMOipKaMK BUKOPUCTOBYBAJIUCS KPUTE-
piii CTelofieHTa i HemapaMeTpuyHuil Kpurepiii CMUpHOBa.
OTrpumaHi po30iXXKHOCTI BBaXKaJNCSI HEBUMNATKOBUMU ITPU
BiporigHocti p < 0,05. [Insg BU3HAUeHHSI B3aEMO3B’SI3KiB
MiX BUBYCHUMU OiOXiMiYHUMU, YJIBTPa3ByKOBUMU MOKa3-
HUKaMU i TSKKICTIO YpaxkeHHsI TelaTo0iliapHOl CUCTeMU
3aCTOCOBYBABCSl KOPEJSIIMHUI aHami3 i3 po3paxyHKOM
KoedilieHTiB Kopessuii (r), paHroBoi Kopessuii Crip-
MeHa (p). [IporHocTuyHe 3HaYeHHs OiOXIMIYHUX Ta YJIb-
TPa3BYKOBHUX IMapaMeTpiB MeYiHKHU 111010 MMOBIPHOCTI BU-
HUKHEHHSI ypaXXeHHs1 renaToOisiapHoi cuctemu npu MB
3’SICOBYBAJIOCS 32 JOTIOMOT'OIO YyTJIUBOCTI, crieliihigHOCTI
Ta MPOTHOCTUYHOI LIIHHOCTIi TECTiB.

PesyAbTaTH

3 2010 mo 2020 poku Oyno obctexkeHo 108 xBopux
Ha MB nireit Bikom 0—17 pokiB. Po3noain xBopux 3a Bi-
KOM i CTaTTIO BUSIBUB He3HAUHe TepeBaKaHHS XJIOMIMKIB
(53,7 %) i nmiteit nomkinbHoro BiKy: 0—3 poku — 18,5 %,
4—6 pokiB — 31,5 %, 7-9 pokiB — 27,8 %, 10—17 pokiB —
22,2 %.

3arasibHe KJIiHIYHE OOCTeXXEeHHS BUSIBUJIO 30i1bLICHHS
MeviHku Big 1 mo 5 ¢cM HuUKYe Bim Kpaio pedepHOi OIyru B
98 martientis (90,7 %), 3 akux y 16 (14,8 %) Bin3HauaBcs
roCTpuil MajopyxomMuii kpaii. ¥ 32 miteit (29,6 %) revinka
OyJia IiJIbHOT KOHCUCTEHIi1, 6e300icHoI0, ¥ 10 (9,3 %) —
3 HepiBHOIO, TOPOUCTOIO ToBepxHelo. Y 8 miteit (7,4 %)
crocTepirajiocst 30iIbIIEHHS Cele3iHKM Big 1 go 7 oM.
[Ipu ynasrpa3ByKoBOMY AOCIIIKEHHI B OUTBLIOCTI XBOPUX
(88,9 %) BuzHaUaNMMCst HEOAHOPIMHICTh aKyCTUIHOI CTPYK-
TypY NIeYiHKM, MO3aidHICTb 3 IPiOHOBOTHUIIIEBUMMU IiJISTH-
KaMmM CKjiepo3yBaHHs (67,4 %), pO3pOCTaHHS CIIOJYYHOI
TKaHWHU, HAUIMIIKOBUN PO3BUTOK CIOJYYHOI TKAaHUHU
y BOpOTax IMevyiHku i cenesinku (25,9 %). Kiminiuni mpo-
SIBU ypaxkeHHs rermaroOigiapHoi cuctemu B aiTeir i3 MB
BiIPi3HSIMCS MAJIOCUMIITOMHUM, JATEHTHUM TepediroM,
a pe3yJIbTaTh IeMaTOJOTiYHUX i 0i0XiMiYHMX MOCTiIXKEeHb
He Oy/Iu iH(hOPMAaTUBHUMU TSI YTOUHEHHST TATOJOTIYHMX
3MiH y TlapeHXiMmi MediHku. [liarHOCTMKa CTPYKTYPHUX
MOpylIeHb BUSIBUJIACS MOKJIMBOIO JIMIIIE 32 JOMOMOTOIO
CyyacHMX METOJIB Bi3yasizailii opraHa. Posnonin xBopux
Ha MB miteit 3a cTyreHeM BUpaxkeHOCTi (iOpo3y IediH-
KM 3a JaHUMU TpaH3ieHTHoI emactorpadii (FibroScan,
Echosens, France) 0yB takum: FO (BincyTHicTh (hidpo3y) —
76 nauienTis (70,4 %), F1 (minimManbHuii ¢hpiopo3) — 3 au-
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tinu (2,8 %), F2 (nomipuwmii ¢pidpos) — 5 nireii (4,6 %),
F3 (Bupaxenuii ¢idbpos) — 8 mireii (7,4 %), F4 (umpos ne-
4yinku) — 16 xBopux (14,8 %). OTpumaHi pe3yJbTaTh BU-
SIBWJTM BiICYTHICTH (hi6po3y medinku B 70,4 % mMalieHTiB 3
MB i HasgBHiCTh (PiOPOTUYHMX 3MiH Pi3HOTO CTYITEHSI TSIK-
KocTi y 29,6 % xBopux Ha MB miteit (KoaMBaHHS MeliaHU
€JJaCTUYHOCTI TTeYiHKU cTaHOBUIU Bin 5,9 no 49,0 xI1a): y
16 miteit (14,8 %) BusiBNIEHO MiHIMaJIBHUI, TOMipHMIT 2060
BUpaxkeHU ¢idbpos, y 16 aiteit (14,8 %) — 1Mpo3 MewiHKY.

Ilomanpimumii aHami3 3aKOHOMIpHOCTEH ypaXkKeHHS Te-
naTobimiapHoi cuctemMu nipu MB y miteit rpyHTyBaBCs Ha
BUBUYEHHi MeIMKO-0i0JI0TiYHUX (paKTOPiB: BiK XBOPOro Ha
MB, crath autuHU, HassBHiCTb MyTauii AF508 y romo3u-
TOTHOMY a00 TeTepO3UIrOTHOMY CTaHi B KOMIIayHIi 3 iHIIIM-
MU MyTallisIMMU.

[1pu posnoaini xsopux Ha MB 3a BiKkOM BCTaHOBJIEHO
TEHAEHIIII0 MPOTPeCyBaHHS TMATOJOTIYHUX 3MiH y MeYiH-
11i 3i 301IbIIIEHHSIM TPUBAJIOCTI XXUTTS: cepell diTeil BiKkom
Bin 0 mo 3 pokiB ypaxkeHHsI rerarobiyiiapHoi cuctemu (oi-
6po3 F1-F4) Binznauanoca y 10 % (95% 11 3,14—23,14 %),
cepen miteit BikoM Bix 4 1o 6 pokiB — y 29,41 % (95% 11
13,74—44,25 %), cepen miteii Bix 7 mo 9 pokiB — y 33,33 %
(95% 11 16,17—49,82 %), cepen aiteit BikoM Bix 10 mo 17
pokiB — y 41,67 % (95% 11 22,25—61,74 %). Otpumani
JaHi CBiTYMIM PO B3aEMO3B’ 130K TSXKKOCTI OijliapHOI ma-
ToJiorii mpu MB i3 TpuBalicTIO 3aXBOPIOBAHHSI.

BcraHoBneHo 3HauHe mepeBaXkaHHsI OCIO YOJIOBivYOi
crarti cepes XBopux Ha M B 3 ypaxxeHHsIM renaTtoOiniapHo1
cucremu: y 41,38 % xmnomuumkis (95% Al 29,29—54,70 %) i
15,38 % niBuar (95% M1 5,10—24,89 %) BusHavaBcs hi6Gpo3
(F1-F4). lllancu po3BUTKY OiliapHOi MaToJI0Tii Y XBOpUX
Ha MB xuormuukiB mono aiuar cranosuau 3,7 (95% 1
1,47-9,29), BinHOCHUMI1 PU3UK ypaXeHHS MediHku — 2,59
(95% 11 1,24—5,85). Honosiuy ctaTh xBoporo Ha MB ciiin
pPO3IJIIATH SIK HECTIPUSTIMBUI TTPOTHOCTUYHMI (HaKTOp
1I0JI0 PO3BUTKY MATOJOTIYHUX 3MiH Y IMEYiHIIi.

IIpoBeneHunii aHayi3 reHoTuniB xBopux Ha MB Bu-
SIBUB, 110 cepejl roMo3uror 3a aeieuiero AF508 gacrora
ypaxeHHs TernarobiziapHoi cuctemMu craHoBuia 43,33 %
(95% 11 30,47—55,52 %), cepen reTepo3UToT 3 AEEIHEI0
AF508 y kommayHai 3 inmmMu myTaismu — 11,76 % (95%
A1 1,07-22,92 %), cepen XBOPUX 3 MyTallisIMU, BiIMiHHH-
wmu Big genenii AF508, — 14,28 % (95% 1 4,17-32,17 %).
BigHouieHHsT 11aHCIB PO3BUTKY OiliapHOI MaToJIoTii Tpu
MB 3a nasgsHocTi menenii AF508 y reHoTuIri craHoBMIO
2,81 (95% A10,59—13,36), BigHocHMi pusnk — 2,23 (95%
H10,67—13,25). Mytauito rena MB AF508 BapTo BpaxoBy-
BaTU IPU OLiHII HMOBIPHOCTI ypaxkeHHs rernaTo0iiapHoi
CHUCTEMHU.

BuznayeHHs TPOrHOCTUYHOI LIIHHOCTI BUBYEHUX MEI1 -
KO-0i0J10TiYHUX (haKTOPiB 1100 PO3BUTKY (hiOpO3y MediH-
Ky ipyu M B BUSIBUJIO BUCOKY YYTJIUBICTh, CEPEIHIO CITCII-
(biyHICTB | MPOrHOCTUYHY LIHHICTh TAKUX MapaMeTpiB: BiK
xBoporo Ha MB monan 6 pokis (0,63; 0,55 i 0,37 Binmosin-
HO), yojoBiua ctatb nutunu (0,75; 0,551 0,41 BinnoBinHo),
HasIBHiCTh y TeHoTHIT Aenenii AF508 (0,88; 0,37 1 0,37 Bin-
MOBiTHO). PeKOMEHIYETbCSI BUKOPHMCTOBYBATH 3aIlpOITO-
HOBaHi KpuTepii 1j11 GopMyBaHHS ITPYIl BUCOKOTO PU3UKY
PO3BUTKY TerarobiziapHoi marojorii y xBopux Ha MB mi-
Teil. 3acToCcyBaHHSI Cy4aCHHUX TEXHOJIOTIHA (hepMEHTHOTO
aHaJli3y, iIHCTpyMEHTaJbHUX METOIIB Bi3yasizallii 3 KiJbKic-
HOIO iHTepIIpeTalli€l0 eJacTUYHOCTI MapeHXiMU Me4iHKU
CTajl0 OCHOBOIO CTBOpPEHHS Ou(epeHLiiioBaHOI CUCTEMU
OLIIHKY CTaHy remnarooitiapHoi cucteMu npu MB y niteii.

[TpoBoawsiocst BUBYEHHS akKTUBHOCTI hepmeHTiB AJIT,
ACT, JIO®, I'TTI, JAI-5 3anexHo Bim cryneHs: ¢idpo3y
neviHku (Taba. 1).

BcraHoBIieHO, 1110 MTOKAa3HUKU aKTUBHOCTI (DEpMEHTIB
AJIT ta ACT nepeOyBajii B MexXax HOpMaJbHUX 3HaUY€Hb
y xBopux Ha MB miteii 3 ¢piopozom FO-F3 i BiporigHo min-
BuiyBaiucs mpu uuposi F4 (p < 0,05). Otxe, ctanmapr-
Hi GiOXiMiYHI TeCTU HE JO3BOJISLIU BUSIBJISITU MATOJIOTIUHI
3MiHM NediHKu npu MB Ha paHHix cTamisx.

Bussneno mninBumuenHst akruBHocti JI®, I'TTII Ta
i3odepmenty JIJII-5 y xBopux Ha MB, 1110 BiporiaHo Bif-
pi3HsUIOCS Bil mokasHUKIB 3mopoBux aiteit (p < 0,001).
BinzHaueHO 3a/IeXHICTh 30iIbIIEHHSI KOHIEHTpallii dep-
MeHTiB JI®, I'TTII Ta izodepmenty JIAI-5 Bix cryneHs
(}ibposy, MakcuManabHa aKTUBHICTh CIIOCTepiragacs Ipu
uupo3i nevinku (p < 0,05).

OTpuMaHi pe3yJIbTaTh T03BOJMIN BCTAHOBUTH 3aJIeXK-
HicTb MiX migBuimeHHsM aktuBHocTi JI®O, I'TTIT i JIAT-5
I TSKKiCcTIO remaToOisiapHoi maTtosorii mipu MB y miteii.
IMokasnuku aktuBHOcTi JID 320,3 £ 9,3 (95% Ml 295,2—
345,4) on/n, ITTIT — 28,6 = 3,1 (95% A1 22,2—35,0) on/m,
JIAT-5—7,6 £0,4 (95% 11 5,5-9,7) % MOXYTh CBiTUUTH
Mpo BiacyTHicTh ¢iopo3y neuinku (FO) y xBopux Ha MB.
®epmenTHa akTuBHicTh JID 4558 + 39,3 (95% M1 384,4—
527,2) on/n, ITTIT — 54,3 + 8,1 (95% 11 36,8—71,8) On/m,
JIAT-5 — 23,0 = 1,8 (95% A1 17,8—28,2) % no3Bodsie 3a-
mino3putu ¢iopo3 (F1-F3) i BusHauae HeoOXimHICTh Mpo-
BeJICHHS TpaH3iEHTHOI efacTorpadii mediHKu. 30iIbIIeHHS
akTuBHOCTI JID 10 628,1 +47,5(95% J11 541,4—714,8) on/m,
ITTI — mo 128,3 £ 21,2 (95% A1 79,1—-177,5) on/m, JIAT -
5 — 10 32,3 £4,3(95% 11 22,5-42,1) % 3 BUCOKOIO Bipo-
TiIHICTIO CBIMYUTH PO HAABHICTH Lupo3y meuinku (F4) ie
MOKAa3aHHIM JUISI TIPOBEACHHS ejacTtorpacdii 3 METOI0 yTou-
HeHHsI cTyneHs ¢idpoay 3a mkanoo METAVIR.

Tabnuuys 1. AKTUBHICTb pepMeHTIiB cupoBaTku KPoBi y xeopux Ha MB gitevi (M = m)

Crapina ¢pi6po3y ANT, op/n ACT,oa/n NP, on/n IrTn, og/n nar-5, %
FO (n=76) 23,5+1,3 18,7+2,1 320,3+9,3 28,6 +3,1 76+04
F1-F3 (n = 16) 28,7 + 4,7 295+2,4 455,8 + 39,3* 54,3+ 8,1* 23,0 +£1,8*
F4 (n=16) 72,4 +14,8%* 69,6 + 2,8** 628,1 + 47,5%* 128,3 + 21,2** 32,3+ 4,3%*

Mpumitkn: * — BiporigHicTb BigMiHHOCTel Mix cTagismu ¢piépo3y FO i F1-F3 (p < 0,05); ** — BiporigHicTb Big-

MiHHOCTeV Mmix cTagiamu ¢piobpo3y F1-F3 i F4 (p < 0,05).
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BuBueHHs1 mapaMeTpiB monepeyHux po3MipiB MediHKu
i miaMeTpiB MEYiHKOBUX CYIMH 3a TaHUMU YJIBTPa3BYyKO-
BOTO CKaHYBaHHS JO3BOJIMJIO BCTAHOBUTHU, 1110 MPOTPECY-
BaHHS MAaTOJIOTIYHOTO MpoLiecy B renaToOisiapHiii cuctemi
y xBopux Ha MB niteil cynpoBOIKYBaIOCs 301IbIIEHHSIM
JIiBOI YaCTKU TMEYiHKU, MPUIOMY OLTBIIOMY CTyMeHIO (i-
Opo3y BiNMOBinano 3HaYHE 301IbIIEHHS] PO3MIpPiB YacCTKU
(p <0,05). O6epHeHa 3a1eXHICTb BUSIBIISIIACS MiX Koedi-
mieHToM K, 110 BU3HAYAETHCS SIK CITiBBiIHOIICHHS PO3Mi-
piB mpaBoi Ta JIiBOI YaCTOK MEYiHKM, i cTynmeHeM (idpo3y:
OLIbILIOMY CTyHeHIO (hiOpo3y BiIMoBigano MeHIIe 3HAYeH-
Hs ntokasHuka (p < 0,05). MakcumanbHe 301IbIIeHHS JIiBO1
YaCcTKM TIeUiHKM Ta HaliMeHIle 3HaueHHs KoedillieHTa kK,
a TaKOX PO3LIMPEHHS JiaMeTpiB BOPITHOI Ta ceJIe3iHKOBO1
BEH BU3HAYaJIUCS Y XBOPUX i3 IUPO30OM IEeUiHKU (Ta0I. 2).

OTpumaHi AaHi 103BOJISIIOTH OOTPYHTYBATU NOIIbHICTD
YJIBTPa3BYKOBOI iarHOCTUKY JIJISI BUSIBJICHHST MTATOJIOTIYHUX
3MiH y renaTobijiapHiii cucremMi mpu MB Ha paHHiX cTamisx
po3BUTKY. BusHaueHHs y xBopoi Ha M B iutrHM 30ib1IIeHHS
JIiBOi yacTKM mevinku Ha 19,4 & 1,1 (95% M1 14,2—24,6) mm
MOPIBHSIHO 3 BIKOBUMHU HOPMaMU, 3HMKEHHS KoedillieH-
Ta k (CIiBBiZHOIIEHHS IIPaBOI Ta JIiBOI YAaCTOK ITEYiHKHM) 10
1,30 £ 0,08 (95% 11 0,9—1,7) MOXYTb CBITUNUTH IPO PO3BU-
ToK (iopo3y F1-F3 i € mokazaHHsIM 1Ji IIPOBENEHHS e1ac-
Torpadii nmeuinku. 30inbllIeHHs JiBoi yacTku Ha 31,5 £ 1,4
(95% M1 24,9—38,1) MM TOHaj BIAIMOBIAHI BiKOBI HOPMH,
3HaueHHs Koedimienrta k 1,0 £ 0,3 (95% MI 0,5—1,5), pos-
IIMPEHHS JiaMeTpa BopiTHOI BeHW Ha 2,5 £ 0,5 (95% Al
1,4—3,6) MM i cenesinkoBoi Benu Ha 1,9 £ 0,3 (95% 11 1,0—
2,8) MM J103BOJISIIOTH 3aMino3puTh Linpo3 nedinku (F4) i Bu-
3HA4YaI0Th HEOOXITHICTh IIPOBEAEeHHS enactorpadii 3 MeToro
YTOUHEHHSI cTyreHst ¢idopo3y 3a mkanoro METAVIR.

BuBueHHST TPOTHOCTUYHOI I[IHHOCTI 3aITPOTIOHOBAHUX
KPUTEPiiB paHHBOI JiarHOCTUKM (hiOPO3y i HUPO3y MeTiHKMI
y xBopux Ha MB BcTaHOBUMIIO0, 1110 HAOIBII BUCOKY IIPO-
THOCTUYHY I[iHHICTh Majii TOKa3HUKU YJIBTPa3BYKOBUX
napaMeTpiB MEYiHKM: 30iIbIIEHHS JIiBOI YaCTKM MEeYiHKU
(0,75), xoedilieHT k — criBBiZHOIIIEHHS MpaBoi Ta JiBoi
yactok mevinku (0,8), posiMpeHHs AiaMeTpiB BOPITHOI
Ta cenesinkoBoi BeH (0,88). ITinTBepakeHO TaKOX BUCO-
Ky uyTauBicth (0,94) i cepelHIO MPOrHOCTUYHY IiHHICTh
MOKa3HUKiB akTUBHOCTI hepmeHTiB JID, I'TTII Ta izodep-
meHTy JIIT-5 cupoBaTKu KpOBi.

O6roBopeHHs
BukopucranHsT HOBITHIX MEIWYHUX TEXHOJOTI,
3aCTOCYBaHHSI «arpeCUBHUX» TEPANeBTUYHUX  PEXU-

MiB i IIporpaM TpaHCIUIaHTallii y XxBopux Ha MB niteii €

00’€EKTUBHOIO TIEPEAYMOBOIO 3POCTAaHHS YacTOTH Mi3HiX
YCKJIaJHEHb 3aXBOPIOBAHHSI. YpaxkKeHHs MeYiHKU 3 (popMy-
BaHHSAM (iOpo3y i LMPO3y CTa€ APYroOI0 ITiC/sl JEereHeBUX
YCKJIaAHEHb MPUUYMHOIO cMepTi [1—4].

[TornuGieHe BUBYEHHSI OCOOJIMBOCTEI YpakKeHHsI Tre-
rnaro6iniapHoi cuctemu Oyno mipoBeneHo y 108 xBopux
Ha MB ngiteit. Kniniudi nposiBu OijliapHOI IaTOJIOTIT Bif-
PI3HSIUCS MaJIOCUMIITOMHMM, JIATEHTHUM Tiepebirom, a
pe3yabTaT! PYTMHHUX OiOXiMIYHMX HOCIIIKEeHb He OyIm
iH(OpPMATUBHUMM UISI BUSBJICHHS ITaTOJOTIYHUX 3MiH y
MmapeHxiMi rmevinku. JliarHocTuKa CTpYKTYPHUX ITOPYIIeHb
BUMaraja CyJyacHMX METOiB Bi3yaJji3allil opraHa 3 BU3Ha-
YeHHSIM cTyneHs iopo3sy 3a mkanow METAVIR.

IIpoBeneHa TpaH3ieHTHa enacTorpadis MNeYiHKU
(FibroScan, Echosens, France) mokasana BiaCyTHicTb (i-
6po3y B 70,4 % narieHTiB 3 MB i HasiBHICTh DiOpOTHIHUX
3MiH Pi3HOTO CTYIEHs TSKKOCTi y 29,6 % xBopux Ha MB
niTeil (KOMMBAaHHS MeliaH! eJTaCTUYHOCTI TeYiHKM CTaHO-
B Bin 5,9 no 49,0 xI1a), 3 Hux y nonosunu (14,8 %) 6yB
BUSIBJICHUI 1IMPO3 NevuiHky. OTpuMaHi HaMM pe3yJbTaTh
CBiTYaTh MPO BUCOKY YaCTOTY (Y KOKHOTO TPETHOTO XBOPO-
ro) OimapHoi maroJjorii mpu MB, sika MoxXe 3yMOBUTH Jie-
TaJIbHUI KiHEellb 3aXBOPIOBAHHS, 110 30ira€Thecs 3 JaHUMU
MOTepeaHiX JoCTimKeHb [3—6].

AHai3 3aKOHOMIpHOCTEl ypakKeHHsI remnaTodijiapHoi
cucteMu ipu MB y niteil 103BOIMB BUAUIUTU i1 OOTPYHTY-
BaTU BUKOPUCTAHHS MIEBHUX MEIMKO-0i0J0TIYHUX (HAKTO-
piB (Bik xBoporo Ha M B, cTaTb AMTUHU, HASIBHICTb MyTallil
F508) sik kputepiiB MporHo3y o0 po3BUTKY (idpo3y i
LIMPO3Y MEeYiHKU.

BcraHoBiieHO TeHIEHIIi10 TPOrpecyBaHHS MaTOJIOT iU~
HUX 3MiH y TeUiHIli 3i 301/IbIIIEHHSIM TPUBAJIOCTi XUTTS
XBOpPOTO: ypaxkeHHs TeIraToOiliapHOI CHCTeMM Bim3Ha-
qganocsa B 10 % niteit Bikom 0—3 poku, y 29,41 % niteit
BikOoM 4—6 pokiB, y 33,33 % mireii Bikom 7—9 poOKiB i
41,67 % nireit Bikom 10—17 pokiB. OTpumani gaHi Imim-
TBEPKYIOTh B3aEMO3B’ 130K TSXKKOCTIi OiiapHOI maToJio-
rii npu MB i3 TpuBajicTIO 3aXBOPIOBaHHS i MOCUJIEHHS
MaTOJOTIYHMX 3MiH y MeUiHIli 31 30iIbIIEHHSIM BiKY XBO-
poro. Pesynbratu 36iraloTbCs 3 JiTEpaTypHUMU JaHUMU
1100 3POCTAHHS YaCTOTHU 1 TSIXKKOCTI ypaxkKeHHSI rernaTo-
GiniapHoi cucteMu 1ipu M B 3i 30inbIIeHHSIM TpUBAJIOCTI
XKUTTS XBoporo [5—8].

BusiBieHo 3HauHe niepeBaXkaHHS OCi0 Y0OI0BiUOi cTaTi
cepen xBopux Ha M B 3 ypaxeHHsM renatoOiiapHOi cHC-
temu: y 41,38 % xnomnuukis i 15,38 % niBuat BU3HauaBCs
¢idpo3 F1-F4. Otxe, ypaxxeHHs nedinku nmpu MB 3Ha-
YHO YacTillle pO3BUBAETLCS B XJOMYMKIB, HixXK y diBUarT.

Ta6nunys 2. 36inbLUeHHSs nonepeYyHnx Po3mMipis nediHkn
i AiameTpiB nevyiHkoBux BeH y xsopux Ha MB giteii (M £ m)

36inblUEHHS 36inbLIEHHS KoediuieHt k — Po3wmunpeHHs Po3wupeHHs
Crapina ¢pi6po3y npaBoi YaCTKH NiBOI YaCTKM cniBBiAHOLUEHHA BOPITHOT BEHM, cenesiHKOBOI
nevyiHku, MM nevyiHKku, MM YacCTOK Ne4iHKK1 MM BE€HU, MM
FO (n=76) 0,40 £ 0,03 0,40 £ 0,02 16+0,1 0,0+£0,0 0,0+£0,0
F1-F3 (n = 16) 4,8+ 1,1%* 194 +£1,1%* 1,30 £ 0,08* 0,0+£0,0 0,0+£0,0
F4 (n=16) 0,20 £ 0,02 31,5+ 1,4%* 1,0 £ 0,3** 2,5+ 0,5%* 1,9+ 0,3**

Mpumitkn: * — BiporigHicTe BigMiHHOCTeN MiXk cTagismn ¢i6po3y FO i F1-F3 (p < 0,05); ** — BiporigHicTb Big-

MiHHOCTeVi Mix cTagiamu ¢piopo3y F1-F3iF4 (p < 0,05).
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Illancu po3BuTKy OiniapHoi martosorii y xsopux Ha MB
XJIOMMUMKIB 1I0a0 AiBYar craHoBuau 3,7 (95% I 1,47—
9,29), BiZHOCHMII PU3UK ypaXeHHs TMediHKu — 2,59
(95% A1 1,24—5,85). Yonosiua ctath xBoporo Ha MB €
HECMPUSITIMBUM IPOTHOCTUYHUM (PAKTOPOM PO3BUTKY
MaToJIOTIYHUX 3MiH y mediHui. OTpuMaHi pe3yJbraTh
30iraloThbcsl 3 JaHUMMU JICSIKMX aBTOPiB MPO BHUCOKY 4Yac-
TOTY ypaXkeHHsI reraTo0iliapHOi CUCTEMU B 0Ci0 40JI0Bi-
4yoi cTaTi Ta GopMyBaHHS LUPO3Y MEUiHKK MEPEBAXKHO B
XJIOIMYMKIB [3, 5].

IlinTBepmXeHO BMCOKY 4YacTOTy YpaxKe€HHs rermarto0i-
JIiapHOI CHUCTeMU cepel romMo3uror 3a neneriero AF508
(43,33 %) nopiBHsIHO 3 TeTepo3urotamu 3 aeseiiero AF508
y KOMITayHi 3 iHmmyu Myrtadismu (11,76 %) i cepen xBo-
pUX 3 MyTallisiMM, BiaMiHHUMMU Bin aeneuii AF508. BigHo-
LIEHH LIAaHCiB pO3BUTKY OijiapHoi naTosiorii npu MB 3a
HagBHOcTi aenenii AF508 cranosmio 2,81 (95% M1 0,59—
13,36), BimHOCHMIT pu3uk — 2,23 (95% 1 0,67—13,25).
Binomo, 1o cepea BuBYeHUX MyTaliii reHa MB Hemae
crnietivyHOi, 10 BUKIMKAE PO3BUTOK IaTOJIOTIYHOTO
npolecy B meviHLi [5, 6]. OgHak 3a HasIBHOCTI B T€HOTHUIII
xBoporo Ha MB nenewii AF508 ciin BpaxoByBaTu BHCOKY
iIMOBIpHICTb YpaxXeHHs rermaTo0iiapHOl CUCTEMMU.

IIporpecyBaHHs MaTOJOTIYHUX 3MiH y TemaroOiziap-
Hili cucteMi ipu MB cynpoBomKyBagocs: HiABUIEHHSIM
aktuBHOCTI (pepmentiB JI®, I'TTII, JIAI-5 cupoBarku
KPOBi, BUSIBJIEHO MPsIMY 3aJ€XKHICTh 30UIbIIIEHHS 1X KOH-
LeHTpalii Bin crynens ¢ioposy F1-F4 (p < 0,05). BusHa-
yeHHsI y xBoporo Ha MB migBuieHoi aktuBHocTti JID,
I'TTIT i JIAT-5 Moke CBimYUTH TIPO PO3BUTOK OijliapHOT
MaToJIOTil i € MoKa3aHHSIM J0 TPOBEJACHHSI TPaH31EHTHOI
enacrorpadii 3 yTouHeHHSIM cTyneHs ¢ioposy. OTpumaHi
IaHi 30iraloTbCs 3 pe3yabTaTaMM HAyKOBHUX IOCIIIKEHb
[11-13, 16].

IIporpecyBanHs GiniapHoi maToorii y xBopux Ha MB
CYIIPOBOIXKYBAJIOCS 30iIbIIEHHSIM JIiBOI YaCTKM I€UiHKU,
3MEHILEeHHSIM KoedilieHTa k — CIiBBiZHOIIEHHS pO3Mi-
PiB IpaBoi Ta JIiBOI YaCTOK IeUiHKU; BUSIBJICHO 3aJI€KHICTh
LIUX BigXujeHb Bia ctyneHs pioposy F1-F4 (p < 0,05), uo
30ira€Thcs 3 MOBIMOMIICHHSIMU JIESTKMX HAayKOBILB [16, 17].
BusHaueHHs y xBoporo Ha MB 30ibleHHS J1iBO1 YaCTKU
MEeYiHKM, 3MeHIIIeHHs KoedillieHTa K — CITiBBiTHOIIIEHHSI
MpaBoi Ta JIiBOT YaCTOK JO3BOJISIE 3aIliIO3PUTH PO3BUTOK
Gi0po3y i € moka3aHHSIM IO IIPOBEIECHHS TPaH3i€HTHOI
enacrorpadii st yTouHeHHS CTyIIeHs (iopo3y 3a IIKaJIo0
METAVIR.

BMcHOBKMU

PanHs miarHocTuka ypaxkeHHsI remaToOiniapHoi cuc-
TemMu npu MB y niTeil mosisirae y BU3HAUY€HHI MiABUILE-
Hoi aktuBHOCTI (pepmentiB JI®, I'TTIT i JIAI-5, 3MmiH
VJIBTPa3BYKOBUX MapaMeTpiB MevyiHKW (30iblIeHHs JiBOi
YacTKM, 3HIKEHHs KoedilieHTa K — CHiBBiZHOIICHHS
MpaBoi Ta JIiBOI YaCTOK, PO3IIMPEHHSI BOPITHOI Ta ceJfie-
3iHKOBOI BEH) Ta YTOYHEHHi cTyrneHs ¢ibpo3y TediHKu
3a JOTIOMOTOI0 TpaH3ieHTHOI enactorpadii FibroScan 3a
mkanoio METAVIR. Bik xBopoi Ha MB gutunm moHan
6 pOKiB, 4OJIOBiUa CTaTh i HASIBHICTh Y T€HOTUIII Oesewil
AF508 Bu3HaualoTh BUCOKY MMOBIPHICTh ypaKeHHs rera-
TOOLTiapHOI CUCTEMMU.

KonduikT inTepeciB. ABTop 3asiBjsie PO BiACYTHICTh
KOHQJIIKTY iHTEpeCiB i BIacHOI (piHaHCOBOI 3alliKaBJIeHOC-
Ti NIpY MiATOTOBLI JaHOI CTATTI.

Indopmanis npo dinancyBanusa. PoGora BuUKOHA-
Ha B pamkax HIAP OHMeny «Ponp 6Giorncuxocoiriaib-
HUux (dakTopiB y (GopMyBaHHi KIIiHIKO-TICMXOJOTiYHUX
0COOJIMBOCTE# [iTeil 3 XPOHIYHOIO ITATOJIOTIEI0 Ta Ti-
MepKiHETUIHUMU po3fiafaMu» (HOMep JepXpeecTpa-
uii 0101U0016523) ta «OnrtuMisailis BeIeHHS HiTel 3
€HIOKPUHHUMM Ta COMAaTUYHUMM 3aXBOPIOBAHHSIMU B
CUCTEeMi IepPBMHHOI IleIiaTpMYHOI JOIIOMOTM Ha OCHO-
Bi MOHITOPMHIY IOKa3HMKiB IICUXO(i3UYHOTO PO3BU-
TKY, IICUXOEMOILIiITHOTO CTaHy Ta SIKOCTi XXKUTTs» (HOMEp
nepxpeectpauii 0121U100238).
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Y.G. Tsyunchyk
Odessa National Medical University, Odesa, Ukraine

The early diagnosis of hepatobiliary lesions in children with cystic fibrosis

Abstract. Background. An increase in life expectancy of patients
with cystic fibrosis contributes to the formation of severe pathology
of the hepatobiliary system, leading to the development of fatal bili-
ary cirrhosis. The purpose was to prospectively assess the predictive
value of a combination of serum liver enzymes, ultrasound liver
parameters and transient elastography for diagnosis of clinically
significant liver fibrosis. Materials and methods. We enrolled 108
children aged 0—17 years with cystic fibrosis. The fibrosis stage was
determined using transient elastography on FibroScan® 502 (Echo-
sens, France). The activity of enzymes (alanine transaminase, as-
partate transaminase, alkaline phosphatase, gamma-glutamyl trans-
ferase, lactate dehydrogenase-5), ultrasound parameters of the liver
at different stages of liver fibrosis have been investigated. Results.
Liver fibrosis of varying severity was detected in 29.6 % of patients
with cystic fibrosis (liver elasticity ranged from 5.9 to 49.0 kPa). Li-

ver cirrhosis was observed in 14.8 % of children with cystic fibrosis.
The dependence of an increase in the activity of alkaline phospha-
tase, gamma-glutamyl transpeptidase, lactate dehydrogenase-5 and
an enlargement of the left lobe of the liver, a reduction in the k ratio
of the sizes of the right and left lobes of the liver on the degree of
fibrosis F1-F4 (p < 0.05) was found. Conclusions. The combined
use of transient elastography FibroScan with increased activity of
the alkaline phosphatase, gamma-glutamyl transpeptidase, lactate
dehydrogenase-5 and changing of ultrasound liver parameters could
be used for early diagnosis of hepatobiliary lesions in cystic fibrosis.
The age of a patient with cystic fibrosis over 6 years old, male gen-
der and the presence of AF508 deletion in the genotype have a high
positive predictive value for liver fibrosis and cirrhosis.

Keywords: children; cystic fibrosis; hepatobiliary system; liver
fibrosis; cirrhosis
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